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ZOWTHIET 2, 22k, HTOROOFMBIE (B, B178) OEMIIBITITE DR,
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27 FeRMEERAIKVIE

< WS >Definite & Probable X5 &5,
1. ERAEIR
TRLICART &L 9 7 RREITYEORM - MPREIRZ 2T 5,
GER . REAREAR (EHDEIR. 73— UKIFER &), TAD A, FEMISEEE, FRAE, 7 Y—
XY= AL, AEEES) (PKD 728, /MRIERZR & DR « RER 235 5,
A1 PKD: paroxysmal kinesigenic dyskinesia FS{EMIEENFERME S AT IT
E2 RN L EbNAEEETH, 2% L., LIFULITLEEOEREZRDAZLRH 5,
PR PRI AT L CREEE O IEER RS A X v 7R TERVWARLEZRO L2 b H D,
2. g
GHED CT b, ML ER 2 3 TR Ak 2380 5,
MMLASMZ IR 2 A IKAL Z RO IR VDB TH D, R E T HERIT, RES & LTHRIR (B
T 10mm A EDHOZHRR, 10mmm A3 m0R) BLED S D7 & 5 WId RO MR ER A IRALIZ I X
T/MIMHIREZ . BIR, RIS, R AV E R R SIS A Kb ZR O 2 b D L EERT D,
HE1 miE cBWTARPAIKRIEE Bbivd b oiEkR<,
F2 AKMOREIICELT, REEREFHHA LSO, FEETHEUOAKLEZ E 2T b0
RBAIRIL & 2 D,
3. ENIZHT
TREIRT &9 BRI A L Z RN E T T RED RN TE D,
Fhbo L LT, BARIREE (MEA V7 L (Ca), HEEY > (Pi), iPTH 23 EFE) | R3MERI R
PEREIR E (VK Ca IAE) . (AVERYERIFURIREEREIR FE (Albright B 8RFBIE), 27 A
(Cockayne) JEfERE, S ha v RU TR, = LT 1 « 75 4 x=—)b (Aicardi Goutieres) JE{ERE. &
vy (Down) JEMERE, BBIEUH, MR, BYe HIV iE7R &, EB UA VAEYER L), 5 - IME -
SRR 72 & & AT 5,
1 iPTH: intact parathyroid hormone A % 7 hEIFIRIEA LT
w2 PNREITIE, RO XD R RMAEHEEEIZ E O NG IKIETH L rTRetE b HEHl < v, 25
J LIERT 72 E OB TRBEDEEND,
4. BFHIRA
IHETICHE STV D IB6C OJFAE R IR RIS (BMEER) B TIX SLe2042,
PDGFRB, PDGFB, XPRI, ‘&Y-EfREVERIx (HMERIR) WaTIX MYORG, JAZ 350 . T HIZEREZR
DD HD,
5. WELFAIMRA
TRELAHIC NS IRRY 7247 JRAL 2 388D . DNTC 2 J Tefll DZEMELR R, SME, BUYE, I b= FU T 72
EDORHIMIEBR ENRANATE D B D,
73 1 DNTC: Diffuse neurofibrillary tangles with calcification (B4 . /DR-281L9%) Z OB ORE
EDWNITFRHEZBE CTH Y . AR 1B6C & DOERICEET 5.,
<BWrohT Y —>
Definitel : 1. 2. 3., 4DETEWIZT LD,
Definite2 : 1. 2. 3., 5DETEWMIZT LD,
Probable : 1, 2, 3DORTEWIZT HD,
Possible : 1722 &= H D,

z

C
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<HJEEE >

modified Rankin Scale (mRS). B « 23, RO FNFNDOIM A7 —LZ2FHNT, W 3L EE %4

ET5,
H A kimodified Rankin Scale (mRS) $I7E & #ZE
modified Rankin Scale SEITTRER
0 | &EERILL BREERRUVMEBIRNHEIZGUVKETH
%

1 | EEIEH-oTEHALHEEE L BREERE U th B8R (L8 DAY, FE LU

BEDOEHOOFHIELITAS MBITO TV LB OFENCHIPR (LA VIR RE
THhbd

2 | BREOREE: FAE MBI DT o TV EEOFFIZHIR
RIELFTIOFINETITASDITTIEEL | [EHHN. BEEFIEIEILTLSIRETSH
N BPDOEORYDIEFNMBILZLIZITR | b
%

3 | HEEDEE: B OAHERBEEFIALEANEREIC
Ao DNENEZBEETEMN. HITIENG | INZERELT IV EEHSIT.BE. 5
LICITZS ELEADME. ML EICII T BEREL

LELVREETH D

4 | PEEIEEOEE: BESIT.BE. BELAHOHE. ML

HITPHERMERICZIENMMSIBETHD, EIZENBIEREET 50, FHiRpaNEL
WBEELGIMRETHD

5 | EEDEE: BIEIDNMBIZRLELTHRETHD
BlEY K BRE. BICNELRSTVELE
9%

6 | LT

H A 25 Hh 2 i

B xkE ()

0. JEZRL,

1. FRCr 2, BFEERSZLRWREDIEBENH 203, tHaENE - B EEIRICSER N,
2. BYMFEOTRL, BRFHOBELOTREZNLELT 5,

3. BFE - RBEBUMOLLONBEET D,

4. FHBNRYZe IR AR B (RRE AR, TORIRRER YY) 20E LT 5,

5. AR ARREZERICKF L TV D,

MRk (R)

0. JERZRL,

1. MiEEOK T2 EOFT RIS 03, a4 - BEATRICKEZR D,

2. FRIRBETE 72 IR O B Y EORERR H 5,

3. FEIERSEEIRDLGTIZ 0D HDWITEZ AR E0 B FAFEETEUNIEL 5,
4. WRIRDOWLS]E 2\ NI R ) 72 5 A B 2 73 0B

5. RUEUIBH & 5O IEHKEER 7o S A B S 8 £ FH 3 22
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120 EHEPR =7

<BUFEKE>

BBTEY A =T 13RI LV BRGNS R 72 D728, (Hx OZKIIEAEIZSOW L FIZHMEICEEE T 5.
DYT & U — XEJ A O BWHILL FI RT3 1, Hl%%%:ﬁﬁ

B TZEIC OV T H AR S RIEROBBET2ZWNCET 204 K742 2RI,

BRMEY A =T 2IC o BEOFHAE LU FITRT
1. PZWro T Y —

Definite: W NOHB TR, BinFR2EniZ LV EZK S nizb D

Probable: WA OpM CRERAT A, AT RAEE L, |AlRW bz, BE 23 REEDO S D

2. HESEE/7HE : Barthel index ZfWVWT 86 LA T Z2XH LT 5

3. VA R=T LI
FROEDOINAEIC L 0 AT, —E OB TIIMIGE DR B RHRAITH - 72 0, B CHREENY I B

SNDOAPEEEE T, YR F=TIEE) LB - BEORE (VA F=TERBLIES) D, VA N=T R
VLA DEE 2 FHGEIC LV AT 208, W 2 TIE7ZRvy (BEm, WHEA - MEBHClIZRv. & h=7 ##), ¥
A N=TEBIC L VEEESNEEIND. £, VA M=TII-COEEEESRICHE, HA50IERTS 2
EMBHY, BEET A =T LIRS,

U\T@J: D IRFHBBIRT A LS.

) BEFEESCEFRBIII—EDONZ—nb 5 (A streotypy stereotpy).

2) %E@!.@ﬂ@ B LV IEIRDEBRIET A2 2 035D (&R MU v 7 sensory trick).

3) FrEDOEMEIZ Lo TERA BT D (EEREME task specifiity).

4) FEEEEZITICHNE TRV LIS 5 (47— —7 o —82 overflow phenomenon).

5) HENZIZI A F=T NRIEH D VIIFE L2V (BRI morning benefit).

6) (ONEEBIZIA N THRAWCHEELZVERELZ0T5 (7Y v 7 7r v 7HE flip-flop phenomenon).

7 VAN=TUNOAREEEBZ LD LR HD.

4. e L 72 A L
FK A X THEPIBIRIC H 2 W 23 I35 (FRIGHA) .

5. #ERIR2 W

LI T ORBEERTS.
w4V L Wilson 99, FBl/NMZEPESE, sS—% Y L Parkinson Jf, /N—F Y LIEMERE, SEEMRE M 6 R
i, /N> F 2 b Huntington 9, MEEABRMEREE, GM2 T 7 VAT R—T A, Ml Ho 7V 4 R—v
A, =—=<2 + B> 7 Niemann-Pick #5, L v b Rett JEMEREE, MMM/EFEDE, PUSMHRKRSICHE Y ERMEC X
=7.
MURA N=T LENTREMOAREER L LT, Ei, I47vu—xXX, Fv7, 77 h—¥, BEH, -
RN, fsE, ZANAL, EAWEDS AR OTRETOND.
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121  FNANERIEE R A MEIE

< DU ERE>

HERE TIEW TN OIR R CERRTT 280, s 2B LD Definite (HEEDBEY) L ShbOadRET
5.

® 1, R2ICHWHOMEZ T

IR OB A TRARBN BB FLH T 5.

IR T2W & K173 2 B A AR RS TRRB ORI T2WICET 201 KT A ) #BEhiz.

PN BRTEAE PR ZEPEIE I 00 S 2 BAEHEIC B 2 @ Sl 2 LT IR T

1. BT —

Definite: W I N DIFBL TR BT D BIRFEIR, BB ROWTNrZi0, B2l ClREZ s
HD

Probable : WAL/ DR THAUZ GBS DEAIER, BHEFT A OWT 2780, SRR b=, 8ot
WD RMEED S D

2. EEEHE
FoWgFhnzfHuns
(1) Barthel Index ZM\\TC, 85 ML T &4 LT 5.
(2) PEEFRR A SRIEICB T DREEEXSICE T 5 DR - BE B E Z#hFE M) 2 A COFth
FEIRFEAM 2 BL ESUTRE RN 2 DL Ea x5 &3 5.

N

. HERIZIE (PN ERTE A AR ZSMESE C Il U 728N W 2 7R3, Re Ao 2 M s B 72 & D13 R O 2 W
?Elﬁjr TREH L 72)
(1) R R - 7 LY 2 Wilson ¥, Menkes J%, « fucosidosis, Glutaric aciduria I, Leigh IMIE
(2) Bt MER S it A FUKR T XAF U fE (Neuronal ceroid lipofuscinosis), ~>F > b
> Huntington J, A IR MEKIE,

(3) UE RK—3 A : B-hexosaminidase A REJE, GMl-galactosidase K¥EJE, =—<~ . + > 7 Niemann-
Pick ¥

(4) ZNEIDRENERIE A MRS VESE LA D BN SR TS SRR 28R

(5) /NRHIFIEDOBRM MMMESEN T (SCAL, 2, 3, 1772 L), DRPLA, ZEHEVERIMEXFREL SPG30,
HSNIC 7 &

(6) EEME/S—F YV =X 1 : PARKS, 6, 15 72 &
(1) BEMEY A M=T 28T 55 HER

(8) AMfi & P

(9) PRSI/ LIC K D IBRMED A b =T
(10) L > b Rett JEfeRE
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126 XY —JF (XY —EERE)

<FWrELUE>
Y — (Perry) 9% (WU —JE@ERE) OZWiHENE Definite, Probable ZXf5 L35,

A GER

FEIER (RIEE LG Te)

1. N=Fr V=X h (EEFER, FHoRil, KRR EZ 5 ORE, BEMRRIFEE D 5 5 2 DLl EOSER)
2. TNv—, NEH»o

3. RBRCSOMERE, 72 & O fEE (DR BSOS AT PR 72 VEIR)

4. JRKA O K E R

5. /X—F Y = X LDOFEREE 2 13 FARNE O AR R SO BRI, O FHR

IFEHER

1. 5 FELIN O 2 7 pi etk O ST

2. 5 ORI ORAE

B &fs A
DCTNI Bin1 DA 5

C S RIF2 W
IR—=F% 2 R HATHERE FYERRE ., MAPT 2852 0F 5 RiGE{AITE B Mg 7 &

<BWioOhT Y —>

Definite : A FEYEIRD 1 L5, Bl ZBHDH I &,

Probable : A EEJEIRDOFT X TOIHHE &7z L, C 2RI LIZH D,
Possible : A EEEIRD 1 & 5, 7O A KEHERD 1 UL 22D 5HZ &,

1. FREERE

2 mﬁ%f&

3. IREkE#EE (EEMOIRBKEEHIRZ L)
4 B R e

5 EFNES

RRA TR

1. EBEEFMRI/CT IFIEH & L < IXRTEHIRIEEEE O

2 RISV RNTUAR—=H =V F T T 7 4 TREESOIRY AKX

3 MIBG Loy > F 27T 7 4 TMIBG DLH~DELY IAAE T

4. MRS T T 7 ¢ TRISEMISARE O MK T

5.  MRFEREARGCREE OMIRAIANAE & TDP-43 JEE (TSR0 RE AL O ML N D TDP-43 Btk D

BREIR, MRS 7 ) 7 MRS & TDP-43 B E RN B b b,)
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BE6. LIUARY,

2 — MO RS

LYZR MY, ak—MAR

7aYz o ba, () ICRRERT BRI UREERR) BiZfIk
SBMA (#EXT) (BURIREAE L L TEDTWVD) Ya—7"8L Y VIREFZ POICUNE
ALS (B25T) JaCALS MFEMALSH ZURE (ALS 2,080%1, *$83 47241) 2,100%1
FALS (FAR) (RIEEALSH) % INEE) BARANREEALS & 151 R RINE 10R K/
SMA GEEBMATFE. B |SMARTaY Y —> 7 L4 29205 CREEEDWNRETBL IR MY LRETH) 30041
PLS (FxH) G HLED) BEREARAEZEO—REBHEEDH TS
PSP (itam) JALPAC R—254 & LTPSP 2174 250431
PD (&%=, IREE. LAR)|J-PPMIZ Y, BRIBIICHEHIEE J-PPMI (104651 TRItA L. 1261HRT L. 926I% &)
CBD (GtR) JALPACHIZRIC TR R—254 & L TCBD82f 854
HD (R&aJID NYFU R UREBELYZ MY HHTSy b7+ —LICTIRETE 5041
NA (F#T) (D FHIZHEEFHONESE FE) 3061
CMT (#&%) CMTPR 4850 % UNEE (8 BAZREHIZR30/) 50041
IBGC ({&f¥) (INEHTTH) RIEFIG2R T, MEGILLMER). BEHREK22061%BZ 1< 30041
BREZRAE (KER) Grb ki & BEH)
LREREREE (B ) (/7 LDNADREH) (BBEBEIRE30RE % &1 Z N BHEAESLRIK) 100R %
BEMEY A =7 (F1R)  |Japan Dystonia Consortium 1,202451 1,220/
NBIA (FH. &8 EHRTZ7Y b7+ —LICTIREFE)
Perryfm (FFH) Grb ki & gEd)
FTLD (8X5T) FTLD-J 19071 50041
ET (&) Grb ki & BEH)
#ERALS/PDC (UIATR) ALS/PDCL ¥z Y BEBI2406, RIEHIS64) A%5130041
HAL - E&68EE (F5%) (HALD 2R R B {E I ERESL) SMA : 11/, SBMA : 25f1, ALS : 7). CMT : 53

ERT5 Y b7+ — LADBMIE, BREEESEE LTIT)

BB, A T4 2 DERIRIL
BEHA K74 DIERIKR
RE% PERR - BGTIR (1T4E) 1By
SBMA ERRIC @ TR ET ART
ALS BAMRS S LB L CRETEES (IBARIZ K258 ICFIT) A, AR
SMA [2EOF5| & #1EMT : 2EGLOERICEDCFE HEMRT. PERE-. FEE, NBR
PLS st #*H
PSP BAMEAESS L EE L TRIT ($F3E1R) RERZ. A, BiE KRB, &
PD BAMEFS L& L THRIT (FHK30E) BREB. EHE
CBD PEYZaT7NE LTHER L. MRYHpICBE (H5F44E38) hEET. AN, 25 BRI
HD PEYZaTNE L TERMREEZS LEE L TRT ($F12578) BRI, hBRE-. FEMRT
NA ERFE%BIIA L 7= B, BB, FH
CMT [E~=—a7/)] ELTHRITRI BEE
IBGC AMEDHMIZRIL & EH#E L. [BMAGKILEZEDF51£2021] & L T2021FEHIT BRiE
BHEZRAE REICHEIT T REB
HREBEIEE {ERK A HETT R et
BEEYZX =7 |BRBBRZENOFRIVERTO [P MTBEAA R4 V] ICREH ’. RA)Il. £A
NBIA ERRICOWTIRET A BtA L 7= FH. &8
Perryf& TERRIC D WCHRET ZF%A L 7= T
FTLD AAMEZEEN S [REAVEERBDENA K54 ] ICREL TRT (EM29E)  |heg=
#2FRALS/PDC AmEserEiE LT, [BEv-17L] & LTHRT (SHTEIBESR INAIR
ET PRATFRTAv oL Ea—#€Z. CQREDIEMEIZITIRT L1-ER HHf., A, NBR

32




JEA T BR AT e B e MR IER B FBORMIE € (BHETER RECRIF I 3€)
He

i
TR MRS BRI O SRR TR SE A BT E s
AHFHEME ALS DERE L BEFEHNE R

IR - FAR EXK
FAERFRZEEE AR e R 00 B

MREE

T ZERE M E 22 A L JE  (amyotrophic lateral sclerosis, ALS) (% 60~70 {8125 < F38HE L, TN
ORMAY LR = 2 — 1 ARVERL A & o AR OREK TH D, [EW ALS AN
B TWDIZE 0300 b TIRARATERIEIIRMESL T, £ ORI FITEA T BITEIZ BN T
LEDOTHEHETH D, ALS BIED 5~10%% 5D D FRME ALS IZAFENM DL, AFBIZE
OB, BRIRE. BRI REHONITOMNEN D D, FHEME ALS OREIRIEHR & AR
B eI L, BT R 2 < DT HBR 151 ZR % JRICHIRE: & M87EN 728 s 1T
EBIRSIRR. €D 47% (71 FR) IZBW TEEENTREH SN LT,

A. BFREER — N AR O A X repeat-primed PCR %
i ZEAEPE R R ALE (ALS) 1 XEB) = = — CTHEMT L 72,

o AR LM - TR & X 7o T R RIE O (WEE ~DELE)

MRREMIRBTHY | 2D 5~10% LK HEME AIFIET A~V R EF AERNRLETD
WCRIET D (FHEME ALS), BIfEE T 30 iF B RAFRICEET 2 mEifedt . B L e RS
< OFEENE ALS BEERF 2 FRE ST J DB AR TR TR BT A B FR S A
D, ARFRICI T D, KRG, BEFH S THEM I NIz, Fo, JIEKFPERE - &
W EIT A ST, KAFZETIEH FRMARMBEEZE ARSI TRRIN TV D,

ARANFZWENE ALS OBEFHIHE =2 L
Z ORFIRG & B 5 23 LTl o B 4 PR

KT D C. kR
SODI \ZBITH 26 H % 45 FZRIZHEIE L
B. W35k 770 FHIRIESEM 48.6 5% TIVHEHIZ e

R, FEIIE, BEIREFIAZ < b1
720 8 FRICHIE L7- H46R ZHNKE T,
TAGEB) = = — v U EE AR, FRERE & W
S R B> o T o IRIT AR B PEIR AR LT,
~T AT R R E Z R T s
RS AE AT D L126S AR E 6 FRICHED
72 ZRHNTHREBNZHE CIRIZERE 2
T 5 N86S A% 4 FRITWWD T, 1 FRIZ
B AHEEENY T M EFEE L,

TIVETHEBE LI A ARAZEEME ALS F4
WZHTT278 6 FREMAT-4 151 FR%E k5
L7z, DO H 111 FRIZBWTIEA 35
BARF &R, 26 ZERICHE WV TITA 63 B
FEMNBLELEY =Ty N v—F R
T2 FEfE L, 63 FRiICBW T J—L4
AT 2 35 2 72 o 7=, Sanger ¥ — 7 = A Thk
AR L ERR & B T8 % LR i L
oo 72¥, WCKTHEOEV C9ORF72 1V ¥
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FUS BRI 15 FRICHEE L, FHE, B
SEELFEIE THEAT 2N & W 9 B s 4 &
720 p.Q5I9E B LV p.S513P ERZH T HFE
FAT 5 6 20 T IFIE AT PRV T
FRER N F 72 572, e\ T TARDBP 7% %
44 5% (p.G357S A5 2 %, p.N345S,
p.G376D ZHA4 1 ZR) ICTRIE LTz, 61
OPTN, ANG E %% % 1 FRIZFE L, OPTN
2 B CRRENBRRE IR E A5 D 1o,

T2 1 FRITE BRSO TS o
&% ALDHI8Al EREZFREL, £TD~TH
BEAMARN ALS ORBIM 22 L1555, IH
RS O TALESR = 2 — 1 UREHER ALS (12
TFG ERZ[FE LT, [FRICEE® 2 %R
WEAT « FIGEAL AL CIX VRKI TS
MR AR U7z, TBKI. NEFH, ANXAII,
SPGII \ZHBWT ALS BEFIO LT N Y 7 K
R L7, ALS 3 X O MND B {5 1 0
FHL AU T b E LT UREROWREMEH
% VCP AR % R L7z, C9ORF72 DY E—
MAEZERIL 2 FRICHEE L, Wb AiE
BRI GREE O & F 2 8D 72,

D. 8

AINZ BT D F M ALS O IR F 1% 5
#47.0% (711 %%) TH BN Lz, SODI
BRIV (29.8%) . D\ T FUS & % (9.9%) .
TARDBP 2% (2.6%) e, 7% % BEAZ 5
b e BEEIIVERE E T LIRIE
[k Cd D, 5% B2 e ilbl & IEfE 72 B IR
1% D IUEE % fikfoe L ARRF S 2 flkfe 35 2 &
T, AT KGN ALS OB TR
L BRI — R BB A iR 5
Wb,

E. &

ARMIEHAEIC L V. BARANFEME ALS @
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BRIREIR (B & BARTF W RO N
SHICHEAT, 2D LD B RRMEDR M S
52 LT, ALS ZWAEDWETIT S D722 N
LEMFEEND,

F. EEAERTE#H
PR/

G. TFERE (2021/4/1~2022/3/31 ¥FK)

1. Fm CFEF
Matsumoto Y, Ohyama A, Kubota T, Ikeda K,
Kaneko K, Takai Y, Warita H, Takahashi T,
Misu T, Aoki M. MOG Antibody-Associated
Disorders Following SARS-CoV-2
Vaccination: A Case Report and Literature
Review. Front Neurol. 2022; 13: 845755.

Soga T, Suzuki N, Kato K, Kawamoto-Hirano
A, Kawauchi Y, [zumi R, Toyoshima M,
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Koshiba Y, Ikeda R, Suzuki J, Honkura Y,
Funayama Y, Ikeda K, Warita H, Aoki M,
Kawase T, Katori Y. Malignant otitis externa
presenting cerebral infarction from
pseudoaneurysm: A case report and a review
of the literature. Clin Case Rep. 2022; 10(2):
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Li Y, Chen W, Ogawa K, Koide M, Takahashi
T, Hagiwara Y, Itoi E, Aizawa T, Tsuchiya M,
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Feeder-supported in vitro exercise model
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Mizoguchi K, Ishihara T, Kawata A, Yokota
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Kuru S, Hattori N, Nakashima K, Kaji R,
Sobue G; Japanese Consortium for
Amyotrophic Lateral Sclerosis Research
(JaCALS). Mutation screening of the
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[Ef] 4 U &— F & o 3T BB (PSP) & BB SLERZZMEE (CBD) OJRRERSE & o /X
7 CTdb, —J. TDP-43 I ZEMaEMIREE(LAE (ALS) & AiERMIBAEEAME (FTLD) OJWigICE b
T 5, WA, XU X 8T BER RO BRERMIC TDP-43 BHENEE SN2 0, ¥ TDP-43 BEEE &
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7o X o B R OFREGER = 2 — 1 |2, ALS/FTLD BE THA LD K 972 TDP-43 JWEN HH 0 E
PR/AY i O

[Fik] 4V v— b2 vBhE%E (PSP, CBD, GGT), 3V v— M UBEUEE (Bvy 7). 7L
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[ 54 L OB 23] FiiE®) = = — = O TDP-43 Jpi B (AT & M NEEEE) 13 PSP D#) 40%.
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5 TDP-43 & 4 V B — N ¥ UUEEY O EITFBE L7225, TDP-43 EEEWII X VEHED 7 Mz %<
Ao, FREEH =2 —n o ONEIIA SN TRNoT23, 277 )7 OIS TDP-43 OEE
EEFERE L7, FHER) =2 —n 2 TDP-43 JWE D & 72 PSP - CBD JEF)IX, —WIEEIFIC S &
#R|Z TDP-43 JF %% L=, Wi, T4 ALS - FTLD OEBEIEZ o7 L LTRE ST
SFPQ(Splicing Factor Proline/Glutamine Rich) ;N3 8 % . FHES) = 2 — o o THHf L7, EW%
2 BIER BN SIS O SFPQ & FUS(fused-in-sarcoma) & D473, PSP« CBD - ALS A DI HfiE
Boo—mrTEEESR TV, F24 V= 2 U H LULTDP43 BEDH D =2 — 1 Tl
SFPQ OFBNME F 72V LIEA L Tz, GGT (globular glial tauopathy), E > 7%, 7 /LY A
< —., BIOary be—LOFEER = 2 —no 21X, TDP-43 i SFPQ BT R Si/en -
77

[F55m] E#==—rm > TDP-43 /X, PSP - CBD & ALS & OIiE L7owiEZ R T 5, Dk
BIRREIC, SFPQ OHEREEARENEL LTV D AR & 5,
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ZHHNWT, Zh bl LR & o
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) 60% TH O, BERIKDTEZRER - BEHRY
X ALS oz L Tz, 27m s
U 7 ORJSE TD P-43 OFeE R & FHRI L 7=,

EHIZ, 4 ALS - FTLD O EHIH & > X
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HEAR U7 B LW BT Ik e 9572, F EHR, THXY . n = — LR
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Table 1 »¥—% vV v AREoipEHRI (2019 410 A) (n (%))
75 A (n=902) 75 LA F(n=2,997) pf{#
i 458(50.8) 1,124(37.5) <0.001
GR% S—%v Y UiR 808(89.6) 2,655(88.6) 0.534
»—% VY V¥ Yahrl-3 26(2.9) 84(2.8)
o¥—F vV VI Yahrd 30(3.3) 84(2.8)
SN—F VY VI Yahr5 38(4.2) 174(5.8)
Pios—F vy vERIUG 930 2012
LR o3& Bl 361(38.8) 974(48.4) <0.001
Foiy7a=2xh 192(20.7) 447(22.2)
MAO-B [H 2 8 37(4.0) 78(3.9)
COMT [HEH 59(6.3) 100(5.0)
Pray v 85(9.1) 51(2.5)
Fo¥ 3 v i 358 46(5.0) 92(4.6)
VT FuvF Y vEEE 50(5.4) 97(4.8)
LR oS BRiG 3R 59(6.3) 99(4.9)
77 v A2A ZEMAETIEE 41(4.4) 74(3.7)
Plos—F vy VIEREIRHLY 1 180(43.2) 500(48.8) <0.001
2 A 105(25.2) 247(24.1)
3 fisH 57(13.7) 162(15.8)
4 fE¥H 36(8.6) 72(7.0)
5 fEAH 19(4.6) 28(2.7)
6 fEfH<= 20(4.8) 16(1.6)
WEX Sy R R 197(10.1) 209(10.8) <0.001
A C A ) *
PR OREWH) 246(12.7) 1,287(66.2)
BRI IX Gy R - A 884(22.7) 2,894(74.2) 0.004
L Aw 11(0.3) 91(2.3)
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Table 3 ¥—% vy VIRIRIEHEERIL (2019 4 10 H) (n(%))

75 AR (n=6,714) 75 5%l F(n=4,288) p fili

MR 5 3135(46.7) 1631(38.0) <0.001
Pt —F v VIRENTTEL 8,774 6,572
LR R e g | 1,308(14.9) 2,867(43.6) <0.001
I e e 1,290(14.7) 1,171(17.8)
MAO-B &% 306(3.5) 283(4.3)
COMT PR3 98(1.1) 151(2.3)
ooy v 4,608(52.5) 613(9.3)
R o3 3 v st 350(4.0) 586(8.9)
JAT FLF Y VRS 246(2.8) 362(5.5)
LR R oS fRE 423(4.8) 368(5.6)
TF v A2A ZRARES I 145(1.7) 171(2.6)
Poos—x vy vHERULS 1 fEKE  5599(83.4) 2,969(69.2) <0.001
2 HH 604(9.0) 755(17.6)
3 fsH 268(4.0) 335(7.8)
4 TS 128(1.9) 121(2.8)
5 MEXE 67(1.0) 61(1.4)
6 f%H 30(0.5) 33(0.8)
7 fEXE 18(0.3) 14(0.3)
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F 7T 7 4 D LBD OB NA F~—T
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BI-MIBG il v v T2 7 4 OBk
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BI-MIBG Ll > v F 77 7 1 Ozl
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. BFETIE

2006 £ D 2021 EE TOEME 7 L A
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(fa B ~ DL IE)
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JEA T BRI e R BD & (AR AR 7255 36)
PRRAEMEAR I B 2 AT E8E (DB FE RS &

EATVERE BPERREE (PSP) D BUERZL
WHEsr R HIRE Y
WREW 0 EWER Y HIEEA V. RRBIAE VY B 12 BARE
LREFE LY RUGHAT VY dREE— Y AR Y BT Y

D) ZRERR PN EREIIERT, 2) 4 d BRAMEENE 3) BREEERIREAM AR NE
4) BRI SR AR « IZE R EES2, 5) [ENDIR Bt iy & B IR et A

MRES
BRIRBIZ R MM SR B LE  (PLS) 23E&odv, JRELFAYICEI TR LR (PSP) & R2Mrail
72 2 B DI S3AG  RERAIIC I 5 2N U7z, PSP-PLS BlIXERIRAIC A 2% £ 5 — Il E TR o
IEENEE & HERES I CRIAE L, RIRICET T 288 % & o 7. WERERIZ I LAETE & & Teal
SHTE) D UATAIE 23R WSO & NFT, pretangle, coiled body, tufted astrocyte, thread
DPSP D4 Y E— R NFUOEFREEZRO, AR, R, BE., Mgk, s 0%
PR Ch 7. EhAEZ R TEEEELZ 28 E 925 PSP OF/EICHEDRMLETH S,

ABFERR B.AF%E 515

17 M B b Mk BR B ( progressive *FGIE 2019 4-~2020 40> AKBRC 0 298 | #
supranuclear palsy, PSP) [ZE&RAIIZ/N—F BRI B2 PSP & 2l S 7= 14 Bl oo H T,
VYA RTLBRBLE LT =F Y W BRIRAIZ PLS 2888 2 il &, MDS PSP ERIR
(IR THEDEWIRREMERE TH 505, B ZWHEYE) D probable PSP-RS & 2l S 17z 10
RIBIXIZERC, ARi2la REHCT 22 & b4 EF & bl Uie, RBRRIMSRIE, RisasE, Ml
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%&T " L. Richardson’ s syndrome (PSP-RS)  #i%, JEIREZ, WA ER, BUK FAZ, 1R, Tk,
R & LT 8 i AR L7 2N PSP-primary . RERE. FHE. DMEREL. FHEOSHEEIC
lateral sclerosis (PLS) 1T &L TU /oL, HE Yt KB Yuth, H1U ey UHLR, HL4R ¥
PSP IZJBR AR AEASE, JLREE, IMERS. /N U iR o B MM L P Yt . Gallyas—Braak
MMIRAE 2 BRI 4 U E— b (4R) & U h%E (G-B) RG22 afT L, FhRHamiE & 2
LRI L 27 ) 7 HIIRIC NFT, pretangle, VA=V R X UERBERT LT,

coiled body, tufted astrocyte, thread #J& (PRI~ ORE) FIREIE T~ TEIERK
T 5. BHMERKFZIMBERLFT 7 LA FEFBMIEZESOEREE S R
v Y —2tk & — (AKBRC) THRERFHIIC PSP R OVBEIER KA ER 7T 7 LA
LW SR OHIZ, BRIRIIIZ PLS 2k U Y — R X —~DXEk) 1T 2 BRI
AVIIEBIDFIE L TV e DT, IWEEINICIRZE BEEZCETES L,
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O BTN OESEENEA, i b
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ENHET L7, MRNBRIRZ R, AR
FEABAT D WAR AN AR, i B S A M T
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54T (limb apraxia) |, KF. KEREIZRD -
7o, HEER MRT V3A AL oo (] oL BT a] oD 20
DAT SPECT OWAIEERK N4 7-. PIZKEZ
EEN PR E & $EARIR e, DAT SPECT DEREX T
X0 PSP & B IE KM R B JE B E B
(corticobasal syndrome, CBS) % %&->7-73.
BEEEOHEITIIH D OO, GilinfEItE, IREk
EENEE, EH#e 13z U<, FOEEh = 2 —
o (LMN) (3R CE R o 7oy, MHE
MatEA R LAE (ALS) OFEFE D728 EMG Z1T
9% LMN FEEIIMER ST, PLS D%V &2
STz, WETFEES B LR R 23 2 L
ARG T TR L.

[PSP-PLS JiEH 2]

74 RS T O EEIREE THIE L, FEZIC
JE FREOTEBFEE D HEL, 2 HEFEZ OB

PENBRIRSIRFT, 22 LR D BEEB RAT & M,

FEABAL ORER I TUHEZ RO T2, £ B TIIC B
PEDSHELT, 81 mhee /e A 22 [ ER 28 B L 72
5 R A L BE AR S B 10 LMN {1 2 L < L CBS
R ALS @ 2 Wr i3 W T,
tauopathy (GGT) 72 E3EEbiviz. FEESMRI C
H L ETE ) B A R EE B IR R L 7o e &
Tz, AR T,

[PSP-RS #])

MDS @ PSP #ZWr H#EC PSP-RS & @2 S 417z 10
Bili%. FEIERSERER 73.9+6.6 4F (63-81) .
FE WA ZEME 80. 7+6. 1 4E (70/89) . ¥

globular glial
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AR 6.9+3.5 (2-13) 4R,

S77.

Bi=8.2 Th

2) JHBRFRYPT A,

PSP-PLS 2 filiZ, PIRRAIZ Hr.Camifla] B2 o> ZEife
% . ATEHEHEDN O BHTASE S M i oD BE O PR
AfabiTE & 7Y A — A EKIgOWERIRE L%
O o HULAETENE Betz BRI O W% &
macrophage DR ZFROT-73, TDP-43 Gtk
FAKIIA NI o T, WEER, FUR TEL,
OIS L PSP-RS I L THRETH Y |
e 2 . /NI RREZ O MR A & R EE T d
olc. JEREHEROZE, WAL, RO S
R EMNZFROT. ) Vb F v iR O %%
Ak o%. Gallyas—Braak MEERYLfA T, .l
AT 1% 2 % D NFT | tufted
astrocyte, coiled body, thread Z&F®H7~. K
MR E D & o o HEBLEIL, PSP-RS ITH L THR< |
— 7 M A 25 R0/ N I kPR 0D HH B e
Thole. £l v OMBIFHIEE LTI, ik
Mle=> 7 U 7 Rla OB AL, PSP & LTFJE
L 72\ & T, astrocytic plaque <° globular
glial inclusion &M HMBITA LI/ >
7

I TEZACIZ T VY A~ — I OB O FE
JEITHEE | TDP-43 [HVEEI AMKIT A 603,
a—synuclein FBGPEEBRIT RN T,

=3
ity

pretangle,

D.B%

2017 FEIZEKET &AL7= MDS D PSP O i R 2 i &
BT PSP-RS Z #7545 & L T PSP-OM, PSP-PT,
PSP-P, PSP-F, PSP-CBS. PSP-PGF, PSP-SL ® 8
DORRZ M ENEZ 27r L7, PSP-PLS, PSP-C
IEFIED D 72 < BRIRI ERAG 3 RN B il C AR T
DEFIRZ M EEDIERRIZE S o7z & LTz,
PSP-PLS @ 2 5| DEGIR M A MDS @ PSP EfIKZ
Wi LB I C R TR Y Tix D 5 & JEF 1 O
#fEE(L 1imb apraxia & U CIERAKE T, &



RS BRI X2 RIS G Eh TV RnTe, X
FRROfEdR & LTl FREE M S5 DA T
ot FEF 21X, limb apraxia SHER I LT
W5 728 suggestive PSP IZRZY L7=.
JRBRAIZ 1T, PSP-PL BilIX A AR AL HLa Al R
ZHULICHTEEZE ) HEBHTHIE £ CEMEE O RE
LR T HEOFEMENTRL . AR AT
Bl D Betz ELMEMLDOWLE & 7V A — 3 A0
PSP-RS LW EETH-7= (K1, 2) . /=,
KMEZEDEMENE DD THEETH D DITHF
LC., 1#H PSP-RS THIWEMENS BN DHWAE
Bk, BUR TR, BE. MMErEigkas. /MM IREZ
DENEREEN T8 HULFTE] & Z O D2 %
WZE20bhb 2 FEE) = 2 — 1 o ORFEEN
ﬁ%k&@fﬁﬂS?ﬁ%héfﬁﬁib#o
TeeEZXbN. KIKKREB L ORE THE
4R XU DWHE L. PSP-RS LV EEICED, %
WCRE TFTHEE® threads OHIREII L -T2
(¥ 3, 4) . —F. BV »E{L TDP-43 Hifkiz
LYt Tk, B X O EE = = —
0 SRITIXG R TR TE 7, PSP @ 4R #
U A /RF—|Z TDP-43 DOEALMENEE L T
HAREMEIZZ LW EEZ BTz,
PSP DRI ZEMED AL, Josephs & 2 |
Nagao & ¥ 1A B 5, Josephs HITZE ﬁ'ﬁ’ﬁ
BEIEPEZfE S 12 0D 4R & 7 F /8 F — DIER &
it L. ETElOZE A PRy PSP IZEELT
DN, AV T Ka U 7 globular
inclusions ZiRH7= & L, 216 DOJERIIE 2013
T GT ELTIESITOND Z EilleoT-.
Nagao 5%, UMN #feE D I % 388 7~ 2%t 12 48
D 17 wEAMED PSP ORERI A fRHT L. HLailaE]
IZFRR L= 4R # o 4T /3F—7% PLS DK G
DY BRI R > TWNDHLEESR L. SE0D
PSP-PLS @ 2 JiEf]1Z Nagao & DIEFNIEELL L,
B T HESCREHFMEOZEMIL, coiled body
X thread OHBENRZ N L, Thbb AU
IF ke V7o ERBENZEL TH

5 EEZ BV, PLS, ALS &0 ) e iR =
a—nm RS ERFAI E O L O IZERI T
%T&é@#ﬁ BRI B PR CTd 5, PLS
OFBESITITER D H D03, W PO TR
&@@ﬁﬁﬁﬂf%ﬁfﬁf&é:&%%z
% &, PSP-PLS 23/ R T IERIFRME DR, &
DN limb apraxia Z /3 A2 X8R R

ELTCPSPEEBEZDIENEELEZOLND,

E.f&#

BRIRAIZ PLS 23 EE o, JRBLFHIZ PSP @ 4R
B A NF—%&R LTz 2 Bil%& PSP-RS & L
afL7c. FLETENCZEMEA RIS % PSP T,
BEER B FERIFRPED UMN {5z~ L, PLS & @
BRI L 72 5.
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¥ 2. PSP-PLSHEB] 1 @ Hliflal, FREEMMALD
Wi L 77U A— A (A), Betz ERIEDORBLE
& macrophage DKM (B, KH) ZRD 5.
A, B:HE#ufa, Bar : A 200 pm, B 20 um.

3. PSP-PLS 5Eff 1 @ HLFifE], NFT, tufted
PL RD4 FLiR A

astrocyte, threads ZiRH 5.
FEYufd, Bar : 20 um.

4. PSP-PLS JEH] 1 (A) I21%Z% %D coiled body
L threads #38®%. PSP-RS (B) OHETH
. Gallyas—Braak "&#R¥:f4. Bar : 20 u m.
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